Discussion
This baby had the fragmentation syndrome at the early age of 18 days. It is possible that she may have had a renal shutdown in association with bleeding into her cephalohematoma but the constant size of the latter andtheabsence of an oliguric phase is against this. The absence of red cells from the urine would also seem to be against acute cortical necrosis of the kidney. Gianantonio et al. (1962) state in their series that there was rarely evidence of renal shutdown in their cases. In this case the wetiology would seem to be acute renal failure associated with pyelonephritis and left ureteric stricture.
Is it then profitable to retain the fragmentation syndrome as a separate entity? It is both hiematologically untidy and urologically confusing. It seems that the most cogent reason for keeping the syndrome is that these infants present with a fairly typical clinical picture, sudden fever, diarrhoea and vomiting, followed by restlessness, pallor and possible convulsions and coma. Hmmatological investigation has so far not revealed the cause of the fragmentation of the red cells. The Coombs test has been negative in all cases except one. Haemoglobin electrophoresis enzyme studies and fragility curves have all been essentially normal. Renal histology post mortem or by biopsy varies from acute cortical necrosis or glomerulonephritis to simple glomerular hypertrophy. Recovery in renal functions in the surviving cases appears to be good. Upper respiratory tract infection appears to have been a factor in some cases and septicemia in others. Other possibilities include auto-immune reactions, viral infection, or acute renal failure from any cause. The treatment of this syndrome has varied from simple transfusion to steroid therapy, particularly advocated by Javett & Senior (1962) , to dialysis and exchange transfusion. I am grateful to Dr R C Lightwood for permission to publish this case and to Mr D Innes Williams for his help. POSTSCRIPT (10.8.63):The leftkidneyhasnow been surgically explored. A pyonephrotic kidney was found associated with pelvi-ureteric incoordination. A pyeloplasty has been performed with excellent results.
It is hoped to publish elsewhere an account of this case and five others. Investigated at the Hospital for Sick Children, Great Ormond Street, because of short stature, peculiar appearance of hands and face and frequent fractures. There is an uncle with a similar disorder.
The patient is short (107-5 cm) and has open fontanelles and sutures, receding chin, stubby fingers and toes.
X-rays reveal generalized increase in density with absence of fusion of sutures and open fontanelles, hypoplasia of maxilla and mandible and virtual disappearance of the angle of the mandible. There is also hypoplasia of the acromial end of the clavicle and distal phalanges. All laboratory investigations were normal including calcium and phosphorus balance studies and hwematological assessment. This is the same condition as that described by Maroteaux & Lamy (1962) Barrett (1958) has described the appearance at thoracotomy as a woody, hard, fibrous plaque of tissue extending over the mediastinum and varying in size from a plum to a pancake. Microscopically it consists of dense, almost acellular collagen tissue. Cultures are sterile, no evidence oftuberculosis, actinomycosis, histoplasmosis or syphilis are found. It does not appear to be neoplastic in origin nor does it have the characteristics of an organizing haemorrhage or a partially treated mediastinitis. Anderson et al. (1955) described a child of 9 with this condition, but it seems to be rare in the pediatric age group. It may be similar in etiology to the condition of peri-ureteric fibrosis described by Hackett (1958) in which progressive retroperitoneal fibrosis extends from the mid-line to distort and obstruct both ureters. Tubbs (1946) has described a man of 25 with both mediastinal and peri-ureteric fibrosis. Tubbs 0 S (1946) Thoraxj, 247 Neonatal Hyperglyctmia P E Mortimer MRCP DCH (for R H Dobbs MD FRCP) E M S, female, aged 3 months This fourth child of a healthy Ghanaian family was born normally after 38 weeks' gestation. She weighed 7 lb. Within hours she became cedematous and cold (temperature 93°F) but in three days had a profuse diuresis and lost 1 lb in weight. She then appeared healthy and sucked well from the breast but failed to gain despite an adequate intake. On the twelfth and thirteenth days complementary feeds were given by tube. This was followed by a dramatic weight loss to 5 lb. The infant was profoundly dehydrated but remained lively. The blood sugar was 890 mg/ 100 ml and there was heavy glycosuria but no ketonuria or acidosis.
Intravenous fluids and intramuscular soluble insulin (SI) 5 units were given. In four hours the blood sugar fell to 130 mg/100 ml and convulsions, relieved by intravenous dextrose, occurred. Frequent convulsions recurred over the next thirty-six hours during which time the blood sugar ranged from 300 to 600 mg/100 ml, three small doses of SI (total 0-8 units) were given, and the dehydration corrected. Hypocalcwmia was excluded. The EEG remained normal and the fits ceased spontaneously but the infant did not exhibit normal neurological responses for a further week. She sucked well, however, and breast feeding was soon re-established.
